Dear Sir,

Infantile hemiparesis occurs due to various etiologies such as infarction, malformations, cortical dysplasia, gliosis and microcalcifications. Schizencephaly is an extremely rare developmental disorder which may present as hemiparesis in infants.\[[@ref1]--[@ref4]\] A prevalence of schizencephaly of 1.54 in 100,000 was reported in a population-based study in USA.\[[@ref2]\] In this neuronal migration disorder, congenital clefts lined by gray matter span through the cerebral hemisphere from the pial surface to the lateral ventricles. In the closed-lip variety, the walls of the cleft are in contact with each other and in the open-lip variety, the walls are separated. Presentation and outcome of children with schizencephaly are quite variable but are related to the extent of cortex involved in the defect. Motor deficits are the predominant manifestations in open-lip schizencephaly. Neuroimaging is useful in identifying the defect and associated malformations. Authors present an open-lip schizencephaly with right hemiparesis in a 7-month-old infant.

A 7-month-old infant presented with a history of weakness of the right upper and lower limbs that was noticed by parents 1 month ago. The child preferred to use his left hand more than the right which was always fisted. The child would also cry on stretching the right hand. The child was the second issue of a non-consanguineous marriage, born at term gestation by vaginal route with unremarkable perinatal history. There was no history of seizures, trauma, abnormal color, or odor of the urine. Developmental history revealed a mild delay in gross motor domain and age-appropriate milestones in other developmental domains. On examination, child had a length of 70 cm, weight of 7 kg, and head circumference of 41.5 cm. Central nervous system examination revealed normal cranial nerve examinations and spasticity of right upper and lower limbs with brisk deep tendon reflexes. The power in the right upper and lower limb was 3/5. The rest of the systemic examination was normal. The work-up for infantile hemiplegia was initiated. Complete blood picture, electrolytes, urea, creatinine, serum ammonia, and lactate were normal. Urine metabolic screening for homocystinuria was negative. Ophthalmology and hearing assessment were normal. Magnetic resonance imaging (MRI) brain revealed unilateral, full thickness, gray matter-lined cleft through the left posterior frontal lobe extending from the pial surface of the cerebral mantle to the lateral ventricle suggestive of open-lip schizencephaly \[[Figure 1](#F1){ref-type="fig"}\]. The gray matter lining the cleft was nodular and patchy-polygyric. The underlying white matter showed fluid-attenuated inversion-recovery (FLAIR) and T2 weighted hyperintense area suggestive of gliosis. Septum pellucidum was absent. Neurosurgeons opined no active intervention. Muscle relaxants (baclofen and diazepam), physiotherapy and occupational therapies were started in view of spasticity. The child had improved symptomatically at follow-up.
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Schizencephaly is a rare neurodevelopmental disorder originally described by Yakovlev and Wadsworth, characterized by a cleft in the cerebral mantle, extending from the subarachnoid space to the ventricular system.\[[@ref1]\] An ischemic episode occurring at the 7^th^ and 8^th^ week of gestation disrupting the migration of primitive neuroblast cells along radially oriented glial cells to the cerebral cortical regions may be responsible. An antenatal environmental incident, ischemia, and mutations in homeobox of the EMX2 gene are hypothesized in the etiology of schizencephaly.\[[@ref2][@ref3]\]

Schizencephalic clefts are of two types: Type I or closed-lip clefts: with walls opposed to each other and Type II or open-lip clefts: with separated lips and communicating hydrocephalus. They can also be unilateral or bilateral. Type II variety is more common than type I. Presentations are variable, but patients typically exhibit hemiparesis, seizures (57%), and developmental deficits. Seizures are difficult to control in about one-third of cases. Optic nerve hypoplasia if associated may lead to blindness. The severity of manifestations depends on the size and location of the clefts, and the presence of associated cerebral malformations.\[[@ref5]\] Timing of presentations also varies. They may present in infancy, childhood or in adults.\[[@ref2][@ref3]\] In patients with unilateral clefts, hemiparesis of the contralateral side is seen with normal mentation and intelligence. Language development is mostly normal in unilateral schizencephaly than in patients with bilateral clefts. Mental retardation is present mostly in bilateral closed-lips with large brain involvement.\[[@ref4]\] Our child had right-sided hemiparesis with normal development except in the gross motor domain as a result of left sided unilateral open-lip schizencephaly.

MRI is the imaging modality of choice because of its superior differentiation of gray matter. Identification of gray matter lining the cleft is the pathognomonic finding. Computed tomography (CT) scan and ultrasound can also be used to diagnose schizencephaly. Schizencephaly is commonly associated with absent septum pellucidum (80-90%) and polymicrogyria. Our child had a unilateral left posterior frontal lobe open-lip schizencephaly along with absent septum pellucidum.

Treatment involves physiotherapy, seizure control, and ventriculoperitoneal shunt if complicated by hydrocephalus. Prognosis is better for closed-lip variety because they present late in infancy or in adult life. In the open-lip variety, failure to thrive, chronic infections, and respiratory problems may lead to early death. Best neurological outcome is expected in unilateral closed-lip schizencephaly.\[[@ref5]\] Schizencephaly can be diagnosed in the prenatal period as early as 23 weeks.\[[@ref6]\] Prenatal ultrasound, more specifically prenatal MRI may aid in detection of gray matter lining the defect, communication with the ventricle, and other associated structural abnormalities.

Open-lip schizencephaly should always be considered as a differential for children presenting with unexplained hemiparesis. An early intervention along with muscle relaxants would help in considerable improvement and limit the child\'s disability.
